Most of the reports of this condition are on older children and adults brought to light by the discomfort caused by the absence of sweat glands. Jesperson and the latter hyperpyrexia was associated with a convulsion. Following this episode he deteriorated requiring tube feeding and became fisted, the limbs showed increased tone and he had attacks of opisthotonus. These attacks of opisthotonus were heralded by 'ashen-grey' turns and abdominal distension. At this time a diagnosis of ectodermal dysplasia was entertained and confirmed by X-ray of the jaw (Fig. 2) 
